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We report a patient who was referred to our department because of generalized status epilepticus. His condition deteriorated
rapidly and he died 1 month after admission.
Autopsy confirmed the clinical diagnosis of Creutzfeldt–Jakob disease (CJD). CJD should be added to the list of rare but
possible causes of generalized status epilepticus.
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INTRODUCTION
Creutzfeldt–Jakob disease (CJD), or subacute spongi-
form encephalopathy, is one of the prion diseases and
may be sporadic, familial or iatrogenic1. The common
presentations include rapidly progressive cognitive
decline, behavioral changes, cerebellar dysfunction
and visual disturbances1. It affects the brain diffusely,
although predominantly unilateral presentation has
been described2. With disease progression, the normal
EEG changes to generalized slowing, and periodic
sharp waves may eventually appear as either periodic
generalized discharges3 or periodic lateralized dis-
charges (PLEDs)4. Myoclonic jerks are typically seen
at more advanced stages of the disease1. Focal motor
or generalized seizures have been reported to occur in
only 10–l5% of patients5, 6. Seizures as a presenting
symptom in patients with CJD were reported only
occasionally7, while published cases of partial status
epilepticus as a presentation of CJD are rare8–10. We
describe a patient who was diagnosed as having CJD
following hospitalization for a generalized convulsive
status epilepticus.
CASE REPORT
A 62-year-old man of Tunisian Jewish origin was
admitted because of status epilepticus with simple
partial motor (left face and limbs) and secondarily
generalized tonic clonic seizures. His past history
was remarkable for hypertension, chronic obstructive
pulmonary disease and recurrent episodes of paranoid
schizophrenia. Four months earlier, his psychiatrist
had noted that the patient’s thoughts were less orga-
nized and that he had become depressed: treatment
consisted of olanzapine and valproic acid. Subse-
quently, his family noticed that his behavior and mem-
ory became impaired and that his gait had become
unsteady.
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Fig. 1: The EEG at 2 weeks following hospitalization showing diffuse slowing, suppression of background activity and bilateral
synchronous periodic epileptiform discharges.
Physical examination upon admission was normal.
He displayed left-side brisk reflexes and an extensor
plantar response. He had recurrent left-sided motor
seizures with secondary generalization without re-
gaining full consciousness. He was treated with a
loading dosage of phenytoin 30 mg kg−1 followed by
phenobarbital 20 mg kg−1. Subsequently, despite of
maintenance with phenytoin 400 mg per day, pheno-
barbital 200 mg per day and valproic acid 2000 mg
per day, he had persistent simple partial seizures with
occasional secondary generalization. Routine hema-
tological and biochemical examinations were normal.
The cerebrospinal fluid was colorless, clear and under
normal pressure. The protein, glucose and blood cell
counts were normal, and protein 14-3-3 was positive.
Brain magnetic resonance imaging (MRI) showed
several small hyperintense lesions in both white and
gray matter on T2-weighted sequences. An EEG
showed lateralized right-sided periodic (1 Hz) epilep-
tiform activity in addition to generalized background
slowing. DNA analysis revealed a codon E200K
mutation in the PRNP gene11. He developed gener-
alized myoclonic jerks, and the EEG demonstrated
bilateral periodic activity (Fig. 1). He died 1 month
after admission. The autopsy confirmed the clinical
and EEG impression of spongiform encephalopathy
characteristic of CJD.
DISCUSSION
Myoclonic jerks are one of the most common symp-
toms in patients with CJD. While focal and general-
ized seizures may occur in the course of CJD, they
are not frequent events. Epilepsia partialis continua
as the first symptom of CJD was described in a few
reports9, 10. Rees et al.8 described two cases present-
ing as complex partial status epilepticus.
Among 21 patients with CJD reported by Cokgor
et al.6, 5 had focal motor seizures with or without
secondary generalization, and one had generalized
status epilepticus. Our patient was hospitalized fol-
lowing the development of generalized status epilep-
ticus that was secondarily generalized. There was no
history of previous seizures. He continued to have
focal motor seizures with secondary generalization
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in spite of aggressive medical treatment. Generalized
status epilepticus is not uncommon in acute neuro-
logical conditions such as intoxication, head trauma,
central nervous system infection, cerebral infarct and
degenerative diseases. We propose that CJD should
be added to the list as one of the rare but possible
causes of generalized status epilepticus.
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